A syndrome of obesity, short stature, cryptorchidism and mental retardation with hypotonia in the neonatal period was first described by Prader, Labhart and Willi in 1956 1 • It is a rare syndrome (l in 15000 live births)", but in the last 4 years the author has witnessed anaesthesia in two cases.
Case reports Case 1
A 2-year-oldboy presented for correction of ventral curvature of micropenis. He also had cryptorchidism; the syndrome had been suspected soon after birth because of hypotonia and poor feeding, even now the child only weighed 10 kg.
Premedication comprised trimeprazine 15 mg, plus parenteral morphine 2.5 mg with glycopyrrolate 50 p.g. Fasting glucose was 7.5-9 mmolll. An inhalational induction was performed without difficulty using halothane. Laryngoscopy was normal and atracurium 5 mg was used to facilitate intubation. Isoflurane 0.5-1 % in nitrous oxide and oxygen was used to maintain anaesthesia.
A caudal epidural was performed to provide postoperative analgesia and residual neuromuscular blockade was promptly antagonized with neostigmine and glycopyrrolate. Blood glucose remained at 7.5-9 mmolll, and subsequent progress was uneventful.
Case 2
The second case took place at another teaching hospital in 1985; he was aged 18 but had a mental age ofG and weighed 212 kg. His thighs were so bulky that walking necessitated circumduction of each leg, also sitting down to attend to personal hygiene had become difficult. It was proposed to remove some of this excess tissue from one thigh.
Day-time solemnence was not present, but sleep was attended by continuous snoring. Right bundle-branch block was present on the electrocardiogram, and haematocrit was normal.
Premedication consisted of intramuscular papaveretum 20 mg and scopolamine 0.4 mg. Anaesthesia was conducted by the consultant who had dealt with the patient 2 years previously for a similar procedure, and elected again to use halothane in nitrous oxide and oxygen for induction with maintenance of anaesthesia breathing spontaneously. Laryngoscopy was not attempted.
Postoperatively, emergence was slow and accompanied by snoring. Although no complications were documented, wound healing and mobilization were slow.
Discussion
A partial deletion of chromosome 15 is a marker for the Prader-Willi syndrome (PWS)3. The associated hypogonadism suggests a hypothalamic lesion.
During phase I infants characteristically suckle poorly and prolonged nasogastric feeding may be necessary, the cough reflex is weak and episodes of asphyxia may occur.
Phase II begins at 3-5 years of age when hyperphagia ensues and extreme obesity develops.
Other features include acromicria with micropenis, micrognathia, high-arched palate, scoliosis and dislocation of the hip. Cardiac conduction defects have been noted and convulsions are common in those with PWS. A reduced tendency to vomit is attributed to the hypothalamic lesiorr'.
Glucose intolerance or frank diabetes are found in obese individuals' and both hypothermia and hyperthermia have been reported in response to operative stress5.6. No cases of PWS have been referred for investigation at Leedsmalignant hyperpyrexia centre (Ellis FR, personal communication) so the relationship to malignant hyperpyrexia remains uncertain. Muscle biopsy has revealed fatty infiltration of type II (fast-twitch) fibres", which may account for the hypotonia, but contacture tests have not been reported.
Patients present for anaesthesia to undergo orchidopexy, orthopaedic surgery, dental surgery, squint correction, cleft lip and palate repair or surgery for obesity later in life". Life expectancy can now reach the fifth decade if extreme obesity is avoided.
Therefore careful assessment, attention to glycaemic control and body temperature, combined with judicious use of muscle relaxants in phase I of the condition, with measures to reduce risks due to the obesity characteristic of phase II are likely to result in an uneventful outcome following anaesthesia in Prader-Willi syndromev",
